INTRODUCTION
P hacomatosis pigmentovascularis, a congenital malformation syndrome, first described by Ota et al., in 1947 , was initially classified into four types, with subtypes (a) and (b) representing the absence or presence of systemic involvement respectively. [1, 2] Type I-nevus flammeus and nevus pigmentosus et verrucosus, type II-nevus flammeus with aberrant Mongolian spots, type III nevus flammeus and nevus spilus, type IV nevus flammeus, aberrant Mongolian spots, nevus spilus and nevus anemicus. It has been reported that a fifth type is defined by cutis marmorata and aberrant Mongolian blue spots. [3] In 2005, Rudolph Happle [4, 5] reclassified the disorder into three types: Phacomatosis cesioflammea, phacomatosis spilorosea and phacomatosis cesiomarmorata. We hereby report a case of phacomatosis cesioflammea overlapping with Sturge Weber syndrome, in a two year old boy.
CASE REPORT
A two year old male child, third in birth order, product of a non consanguineous marriage, presented with the chest and abdomen, and a few patches below the umbilicus [ Figure 1a and b].The child also had a unilateral left sided facial port wine stain, that spared the mandibular region [ Figure 1c ]. Additional port wine stains were randomly distributed on the mid back, left side of abdomen [ Figure 1a and b], left buttock and the upper part of left thigh posteriorly, lateral border of left foot with extension to its dorsal and plantar surfaces as well as lower one third of the ipsilteral leg laterally [ Figure 2a and b]. On the left side of the forehead the two cutaneous lesions were found to overlap [ Figure 2c ], elsewhere they occurred independent of each other. On applying digital pressure on the port wine stain blanching was readily identified. No bruit or thrill was heard on auscultating these vascular lesions.
A thorough ophthalmological examination showed melanosis bulbi in the form of bluish discolouration of the left sclera along with buphthalmos of the same eye [ Figure 2c ]. Fundus examination was normal. Tonometric evaluation revealed raised intraocular pressure in the affected eye. All other mucous membranes were normal. Neurological examination showed all the four limbs to be symmetrical with normal power, tone and reflexes. A history of seizure disorder, cutaneous finding of facial port wine stains, presence of glaucoma with buphthalmos and the MRI brain findings of cortical atrophy and enlarged choroid plexus confirmed the diagnosis of Sturge Weber syndome. Based on the occurrence of port wine stains, ocular melanosis and diffuse aberrant Mongolian Spots a diagnosis of phacomatosis cesioflammea was made in our patient.
DISCUSSION
The term phacomatosis (Greek phakos = nevus) was originally used to describe some neurocutaneous syndromes but today its main application is for genetically determined diseases characterized by the presence of two or more different nevi, such as "phacomatosis pigmentovascularis" or "phacomatosis pigmentokeratotica". [1] The pathogenesis of PPV has been attributed to twin spotting. [6] In this hypothesis, somatic mutations on nearby genes lead to mosaic spots in close proximity to one another.
Happle introduced a new simple classification for
PPVs that encompassed four groups. [4] • Phacomatosis cesioflammea (Latin caesius = bluish grey): Identical to traditional types II a and b, this type is characterized by a coexistence of one or more aberrant blue spots-Mongolian spots, and one or more port-wine stains. Associated extracutaneous abnormalities include central nervous system defects [7] , ocular anomalies such as melanosis bulbi or glaucoma [7] , asymmetrical limb length [8] , or nevus anemicus. [9, 10] • Phacomatosis spilorosea (Latin rosea = rose red to pink) Identical to traditional types III a and b, this type is characterized by the coexistence of nevus spilus and a telangiectatic nevus. • Phacomatosis cesiomarmorata: This type of PPV is characterized by a coexistence of aberrant Mongolian spot and cutis marmorata telangiectatica. • The fourth group-phacomatosis multiplex is comprised of unclassifiable PPV. One such case described was a combination of port wine stain, congenital Becker's nevus, cafe-au-lait macules (CALM) and lentigines. [11, 12] Phacomatosis cesioflammea is the most common type of all PPVs. In a series of 24 consecutive cases no other type was recognized. [10] It may be present in any population and geographic area. [12] A single case of nevus cesioflemmea comprising of co occurence of nevus flemmus and Mongolian spot has been reported from Indian population and the figure from around the word is only 200. [13, 14] Ours is the second case of nevus cesioflemmea with the additional extracutaneous findings of bupthalmos and glaucoma.
The prognosis of PPV varies from patient to patient. For PPV without systemic involvement, pulsed dye laser can be helpful for vascular lesions for a better cosmetic outcome and Q switched laser can be beneficial for pigmentary nevi. Some authors suggest that pigmentary nevi should be treated first. [15] Financial Support and Sponsorship Nil.
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